In February 1983 a 48 year old Japanese housewife developed dry eyes, dry mouth, fever, joint pain, and weight loss and two months later was admitted to our hospital. On physical examination she was thin, pale, and febrile (37-6°C). Lymph nodes were swollen in the cervical and inguinal regions bilaterally. The liver was slightly enlarged, but the spleen was not palpable. Neurological examination showed no abnormal findings. Her peripheral joints did not show any objective findings of active synovitis, though she had a past history of arthralgia.
Laboratory tests showed haemoglobin 10-5 g/dl (105 g/W), white blood cells 2800/mm3 (2-8x The C9 haemolytic level was fully recovered when purified C9 was added to her serum. Accordingly, she was diagnosed as having C9D. In addition, study of her family showed that her brother had complete C9D and that both her sons had partial C9D. (Fig. 1) .
Discussion
The significance of complement deficiency (CD) in the pathogenesis of connective tissue diseases is not clearly understood, but the association of CD with connective tissue diseases has been supported by an increased incidence of SLE or related syndromes in patients with CD.
In this patient the clinical features suggest some type of rheumatic disease, but most of the features were not disease specific. The oral ulcer, which responded to prednisolone therapy, and the arthralgia were compatible with SLE, but no serological confirmation was obtained. Dry eyes and ophthalmological examinations indicated the presence of keratoconjunctivitis sicca. Therefore, a diagnosis of Sjogren's syndrome with complete C9D appeared most likely. Family studies indicated that the deficiency was inherited as an autosomal dominant trait (Fig. 1) .
Previously reported Japanese cases of C9D showed it to occur in usually healthy subjects and among them recurrent infections were seen only very rarely.2 3 The studies on C9D sera haemolytic and bactericidal activity showed that the rates of cytolysis of erythrocytes and bacteria were slower in the C9 deficient sera, but reached completion eventually.4 Furthermore, no increased susceptibility to viral disease has been observed in patients with C9D. For 
